We report a 9-year old girl with an unusual presentation of granulomatosis with polyangiitis in association with Marfan phenotype. The patient presented with recurrent sinusitis, epistaxis, hearing loss and hyperplastic gingivitis, without any signs or symptoms of major organ involvement.
INTRODUCTION
Diagnosis of vasculitis is a challenge, because it has heterogeneous presentations in terms of severity and organ distribution, and there is a lack of diagnostic criteria; yet, the consequences of a missed or delayed diagnosis are potentially severe (1).
Granulomatosis with polyangiitis is an autoimmune inflammatory small-vessel vasculitis. Due to disease rarity, little awareness about its pediatric manifestations exists, compared to adults. As symptoms are vague or unique, children typically remain undiagnosed until deteriorating clinically (2) .
This article represents a 9-year-old girl who had recurrent bouts of upper respiratory infections associated with fever, weight loss and an elevated erythrocyte sedimentation rate throughout the course of her disease.
She also had some features of Marfan phenotype.
However, there has been no association between granulomatosis with polyangiitis and Marfan syndrome in the literature.
CASE SUMMARIES
A 9-year-old girl was admitted with a past medical history of epistaxis, recurrent upper respiratory tract infections, fever and weight loss for 5 months, which all were initiated after an upper respiratory tract infection. -they are younger at disease onset and more likely to be female.
-they are less likely to be ANCA positive.
-they are more likely to have chronic recurring disease and destructive upper respiratory tract disease (saddle-nose deformity) (9).
In addition, many patients present with non-specific symptoms, which can make a definitive diagnosis difficult.
Oral manifestations of granulomatosis with polyangiitis occur in approximately 10% of patients (10, 11) . Our patient exhibited the most common oral lesion, hyperplastic gingivitis which is known as "strawberry gingivitis", although it is a rare event for granulomatosis with polyangiitis in the literature, especially during childhood.
Based on the presence of some manifestations of Marfan syndrome in the patient, a thorough search was done in the literature but no association between these two entities was found. Thus, we explained this condition as a co-existence only in this patient with no meaningful relationship between these two disorders and just as an unusual presentation.
CONCLUSION
It should be considered that acute vasculitis may mimic other disorders such as infections. A detailed history and examination is important in making the diagnosis. Even, despite effective management of the acute vasculitic phase, patients may be left with end organ damage (deafness, nasal destruction) that may need specific investigation and therapy. Granulomatosis with polyangiitis is a rare disease in children.
Upper and lower respiratory involvement, even if asymptomatic, is a common occurrence in granulomatosis with polyangiitis.
